Evaluation of myocardial involvement with T1-201 MPI
Nineteen sets of scintigraphic data, excluding the first set for 9 patients who underwent two serial scintigraphic studies, were evaluated.
1) The site and extent of T1 perfusion defects Distinct perfusion defects were shown in 13 patients. Defects were located in the posterolateral or posterior LV wall in 11 patients, in the apex The RV free wall is slightly visualized in LAO images of both cases. ANT=anterior;
LAO=left anterior oblique; LL=left lateral. in 7, in the inferior wall in 2, in the anterolateral wall in 2 and in the interventricular septum in 1. Seven patients had multiple defects. Definite thallium defects were not detected in 4 patients, and thallium scintigrams were interpreted as normal in another 2 (Table I) . Fig.1 represents 2 Abbreviations:
A-P/R-L=ratio of the anteroposterior to the right-to-left thoracic dimension. No significant scintigraphic changes were observed.
illustrative cases (Cases 3 and 2).
2) Relationship between T1 perfusion defects and skeletal muscle changes or thoracic deformities Thallium defects were identified also in patients with mild skeletal muscle changes (lower than Stage 5), and there was no apparent correlation between the presence of T1 defects and the skeletal muscle changes (Table II) . There was also no apparent relationship between the presence of T1 defects and the severity of thoracic deformities (Table III) . The transmission computed tomography documented marked thoracic deformities in Case 4, which had no TI defects (Fig.2) .
By contrast, transmission CT demonstrated an almost normal thorax in Case 2 which showed extensive perfusion defects (Fig.2) .
3) Other thallium scintigraphic findings The right ventricular free wall was minimally visualized in 9 patients. An increased lung activity was demonstrated in 1 patient. Serial thallium myocardial images at ages 10 and 13 in Case 9.
A posterolateral T1 defect in the LV free wall and an increased T1 activity in the RV free wall are demonstrated in the second scintigraphic study.
4) Relationship between thallium scintigraphic findings and prognosis
Four patients (Cases 2, 7, 10 and 13) died 13 to 40 months after the scintigraphic study. Two patients (Cases 2 and 13) who died of congestive heart failure had relatively large T1 defects, and 1 of them (Case 2) came to autopsy. At autopsy, severe myocardial fibrosis was shown in the LV free wall, apex and interventricular septum, but not in the RV free wall. These autopsy findings were consistent with the thallium scintigraphic findings.
2. Results of two serial scintigraphic studies The two serial scintigraphic studies performed on 9 patients were compared (Table I) . Myocardial scintigraphic changes were considered to be minimal in 7 of 9 patients (Fig.3) . Two patients (Cases 2 and 9) demonstrated new thallium defects over a 2 to 3 year period (Fig.4) .
DISCUSSION
The essential pathologic changes in the myocardium in progressive muscular dystrophy consist of atrophy of cardiac muscle and replacement of the fibers by a collagenous connective tissue.1),2) There have been no thal- 
